SUMMARY We studied 134 Arab children with primary nephrotic syndrome. The annual incidence was 11 -6/100 000 children and the ratio of boys to girls was 1 -3: 1. Ninety eight per cent were responsive to steroids and the mean age of the children at diagnosis was 5 7 years. On follow up (mean 29-8 months, range 1 month to 11 years) 46% had a frequently relapsing course. Renal biopsy, done in 17 patients with frequently relapsing, steroid-dependent nephrotic syndrome, showed minimal changes in 15 and mesangial proliferative lesions in two.
In Europe, Japan, and North America most children with primary nephrotic syndrome respond to steroids and show minimal changes in renal histopathology.1 2 In east and west Africa nephrotic syndrome usually occurs in association with Plasmodium malariae infection, while in parts of Africa where there is no malaria, minimal change histology is rarely seen and there is poor response to steroids.3
As there are no published reports from the Arab region we have studied 134 Arab children with primary nephrotic syndrome to determine the epidemiological, clinical, and pathological features; the response to steroids; and outcome.
Patients and methods
Between 1968 and December 1982, 134 Arab children with primary nephrotic syndrome were studied at El-Fateh Children's Hospital, Benghazi. From January 1980, 86 patients were referred from other hospitals or diagnosed as new cases at our hospital. The remaining 48 patients were diagnosed at various clinics outside Benghazi before 1980, but had been followed up at our hospital since January 1980. The children were aged between 12 weeks and 14 years. All children had heavy proteinuria (> 3-5 g/24h/1-73m2) determined quantitatively, and hypoalbuminaemia (serum albumin -2-5 g/dl).
None had evidence of underlying systemic disease or exposure to agents known to be associated with nephrotic syndrome.
The clinical and laboratory data were recorded and analysed as previously described. The ratio of boys:girls was 1-3:1, while in other series9 10 it ranged from 2 -0: 1 to 2 -6: 1. In this series 98% of children with nephrotic syndrome responded to steroids, which is higher than that reported by the ISKDC (78%)'2 from the United Kingdom 75 %,' and from Finland 83%. In a South African study of nephrotic syndrome12 only 14% of black people and 52% of those of Indian origin responded to steroids. In the present study the mean age for steroid responders was 5 7 years, only 16% were younger than 3 years and 35% were older than 6 years, while in the ISKDC study the mean age was less than 4 years and only 23% were older than 6 years of age.2 Among patients who responded initially to prednisone in the present study 38% had responded by the first week and 96% had responded by four weeks, while in the ISKDC study2 only 18% responded by the first week.
In previous reports' 9 the older age at onset of the disease (especially in girls), the presence of hypertension, haematuria, azotemia, and other clinical and laboratory variables were used to predict prognosis and to discriminate between certain forms of glomerular histopathology. In the present study, however, although 35% of the children were older than 6 years, 42% were girls, 37% had haematuria, and 7% had a low C3 initially, 98% responded to steroid treatment initially and all the children being followed up continued to have normal renal function. This indicates that these clinical and laboratory variables had little importance in predicting prognosis among Arab children in north Africa.
In the present study the frequent relapsers comprised 46% of the steroid responsive group and this did not differ significantly from previous studies.' 9 Fifteen of 17 patients (88%) with frequently relapsing, steroid dependent nephrotic syndrome had minimal change lesions on renal biopsy, whereas two patients (12%) had mesangial proliferative lesions and none had focal and segmental glomerulosclerosis. In a recent study from the United States13 47% of 38 children with frequently relapsing steroid dependent nephrotic syndrome had minimal change lesions and 29% had focal and segmental glomerulosclerosis. In the present study where follow up varied from 1 month to 11 years (mean 29-8 months) there was one death, which was due to thromboembolic phenomena. All other patients continued to have normal renal function.
The present study provides an insight into several aspects of primary nephrotic syndrome in Arab children living in north Africa, showing the differences between this region and other parts of Africa, Europe, and those reported by the ISKDC. The reasons for the differences are not immediately apparent but possible factors, any one of which might modify a renal disorder with a presumed immunological pathogenesis, include climate and geography, types of infection to which the children are exposed, and the genetic composition of the Arab population.
